A case of a complex fetal heart malformation with left isomerism, a "right sided" double outlet ventricle, and aortic isthmus stenosis combined with asplenia was diagnosed by ultrasonography at 26 weeks' gestation. The pregnancy was terminated at the request of the parents in the 27th week of gestation. Because the prognosis for a fetus with cardiosplenic syndromes depends mainly on the severity of the cardiac abnormality cases of visceral heterotaxy should be classified according to the predominant feature, the heart malformation.
Congenital heart disease is sometimes associated with anomalies of the situs of the visceral organs (visceral heterotaxy). The term cardiosplenic syndrome is used to describe the combination of a heart defect with asplenia' or the so-called "polysplenia syndrome".2 Absence of the spleen is usually associated with right isomerism (two morphologically right atrial appendages), bilaterally trilobed (morphologically right) lungs and bronchial trees, and a central liver ("asplenia syndrome"). The cardiac abnormalities include total anomalous pulmonary venous return, atrioventricular septal defect, double inlet ventricle, discordant ventriculoarterial connection, and pulmonary stenosis or atresia. The fetal heart seemed to be displaced to the right more than normal and the apex seemed to be on the left. The descending aorta ran to the right of the spine. The fourchamber view showed two extremely dilated atria with a big primum atrial septal defect and two small ventricles with hypertrophic walls (Fig la and b) . We also found a small ventricular septal defect of the hypertrophic (fig 2) . The pulmonary veins drained into the right sided atrium. The superior vena cava, which took up the azygos vein, was connected to the left sided atrium into which the hepatic veins also drained directly. A big atrial septal defect and a small subvalvar ventricular septal defect were found. There were two separate atrioventricular valves. The walls of the right and left ventricles could not be morphologically distinguished because of hypertrophy. Both the pulmonary trunk and the aortic arch arose from the right sided ventricle. The aortic valve was in continuity with the atrioventricular valve of the right ventricle. On both sides of the stenosis at the isthmus the aorta was dilated.
Discussion
The term "cardiosplenic syndrome" describes complex congenital malformations of the heart and spleen in which there is a tendency toward symmetrical development of organs and organ systems that are usually asymmetrical.6 Because many other organs including the lungs, intestines, kidneys, and venous system may be affected it is more accurate to use the term visceral heterotaxy to describe this syndrome.
The anatomical details of the fetal spleen, lungs, and intestines cannot be reliably displayed by current ultrasound methods. Therefore prenatal diagnosis of such malformations in combination with the absence or multiplication of the spleen and cardiac abnormalities must focus on examination of the heart. In fetal echocardiography, as in anatomical studies, sequential analysis of the chambers and connections of the heart is based on morphological characteristics."Ũ sually the morphological right structures are found on the right side (situs solitus). In situs inversus, the morphological right structures are found on the left side. The term isomerism is used to describe the situation when paired organs such as the atria (or lungs) have identical morphological characteristics.
Classic terminology combines absence of the spleen with right isomerism. The prognosis is generally considered to be poor because transposition of the great arteries with pulmonary stenosis or atresia and total anomalous pulmonary venous drainage are often present. 10 Polysplenia typically is associated with left isomerism and azygos vein continuation. The overall outcome is thought to be better than for asplenia and the accompanying cardiac defects show a wide range of severity.4 10 Cases of right isomerism (no spleen expected) with ventricle, and stenosis of the aortic isthmus associated with absence of the spleen. Because of several "crossover" cases, "asplenia" and "polysplenia" are regarded as imperfect terms to describe cardiosplenic syndromes. The combined heart lesions of our fetus fit perfectly into a classification based on the atrial arrangement according to atrial appendage morphology.
In left isomerism (two morphological left atrial appendages) azygos vein continuation is typical.'3 '5 Also two morphologically left (that is, bilobed) lungs and bronchial trees were present.24 14 Atrial septal defect and ventricular septal defect are often found, as in our case. A double outlet ventricle is encountered in about 9-20%.41' The association of isomerism of the left atrial appendages with aortic outflow obstruction at different levels has been reported'3; however, this is a rare combination. The malformations typical of right isomerism such as anomalous pulmonary venous drainage, transposition of the great arteries, and pulmonary stenosis or atresia were not present in our case. Fetal bradycardia is usually due to complete heart block'6 which is often present in cases with left isomerism."' However, in our case severe sinus bradycardia followed by ascites showed that the fetus was about to die. After consulting the paediatrician the parents decided to request termination of the pregnancy, because surgical correction of the heart defect was regarded as impossible.
Prenatal evaluation of splenic disorders is unreliable. However, even complex and uncommon cases of cardiosplenic syndromes can be diagnosed prenatally by sequential morphological echocardiographic analysis of the heart and great vessels, as shown in our case. The prognosis ofa fetus with a malformation of this kind depends on the severity of cardiac abnormality. Therefore, cardiosplenic syndromes should be classified according to the most important clinical feature-the heart malformation.
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